Case presentation A 3600 g infant girl was born at term to a 36-year-old mother. The pregnancy and immediate neonatal period were unremarkable and the infant was discharged home. At 2 months of age, the child began to have infantile spasms with sudden jerking of the body and the eyes rolling back. These occurred approximately 8-10 times per day. The infant was referred to a neurologist who started the child on 20 mg phenobarbital p.o. b.i.d and 100 mg Keppra p.o. b.i.d. There was, however, no change in the seizures or their frequency. The child was then referred for neurological examination to St Louis Children's Hospital. An MRI scan ( Figures  1 and 2 ) was obtained. An ophthalmologic examination demonstrated bilateral chorioretinal lacunae. A skeletal survey was normal.
Denouement and discussion
The patient has the triad of findings that defines Aicardi syndrome: infantile spasms, agenesis of the corpus callosum and chorioretinal lacunae. This syndrome is an x-linked dominant male lethal condition, similar to Rett syndrome, incontinentia pigmenti and Goltz focal dermal hypoplasia syndrome, and occurs only in females and in XXY males. Goltz syndrome and Aicardi syndrome are believed to be contiguous gene syndromes, with patients occasionally having both conditions. Tentatively the syndrome has been mapped to Xp22.3. Aicardi syndrome is often associated with costovertebral anomalies, cleft palate or lip, intraorbital, pineal cysts, hypoplasia of optic nerve, optic nerve cysts, cortical heterotopia, microgyria and porencepaly. The pathognomonic chorioretinal lacunae are areas of hypopigmented or apigmented retinal epithelium and constitute a unique form of chorioretinal atrophy. In addition, this patient had a lesion in the choroid plexus, racemose choroid plexus cysts. Lesions of the choroid plexus are common in Aicardi syndrome. Choroid plexus papiloomas, choroid plexus neuroepithelial cysts and choroid plexus cysts have been described in Aicardi syndrome and are probably characteristic. [1] [2] [3] It is believed that choroid plexus papilloma may be a tumor specific to Aicardi syndrome. 4 However, some of the resected choroid plexus lesions have been neuroepithelial cysts 1 or at autopsy choroid plexus cysts. 3 Choroid plexus cysts have been described in Aicardi syndrome as a sonographic manifestation 5 since 1989, but pathology has not always been available. However, in several autopsy cases 2 the cysts were seen to be lined by choroid plexus epithelium and to therefore represent choroid plexus inclusion cysts.
The postnatal or fetal sonographic finding of agenesis of the corpus callosum and choroid plexus cysts has been described in both Trisomy 18 and Aicardi syndrome. 6 Differentiation should be aided by the different abnormalities outside the central in the two conditions, and be confirmed by chromosomal analysis.
All patients with Aicardi syndrome have mental retardation and, seizure disorder beginning initially as infantile spasms. However, there is variability in the degree of retardation and seizure control in these patients. Many patients have intractable seizures, are profoundly developmentally delayed, and frequently die in infancy.
However, there are occasional longer-surviving patients who are able to walk and speak some words by 5 years of age. The variability in clinical symptomotology is probably related to variable X-chromosome inactivation. 
